has not materially lessened during the period of starvation, and I should like to know whether the amount of water given to the child during that period was altered in any way.
Dr. PORTER PARKINSON: In answer to Dr. Weber, I agree with him that the prognosis in such a case as this is very bad, and that the false appearance of health, including the malar flush, shows its seriousness. I think the end may come at any time in comia. There is no sign of disease of the lung, nor anything of that sort. We know that acetontemic coma is the commonest form of death in these cases. In answer to Dr. Pritchard's question, she is taking polyglandine, which contains pancreatic with other extracts. I gave her that not only to influence the diabetes, but also hoping to do something for the infantilism. She has not yet been taking it long enough for me to see whether it is having any effect. When she was kept hungry I did not limit the intake of water at all. She strongly objected to the hunger, and if I had restricted the water too there would have been trouble. In spite of anything of that sort, the quantity of sugar washed out was very much smaller. I was surprised at that, because it takes several days of starvation to empty the liver of glycogen and other substances. (Novemiiber 24, 1916.) Case of Dermato-myositis. HISTORY: Female, aged 5 years, was admitted to the Paddington Green Children's Hospital on August 29, 1916, with the complaint of rheumatism. One month before admission patient had had pains in her hands and a week later in her legs as well. Gradually all the joints in her body became sore, spine, fingers, and toes, as well as arms and legs. She was about the house until one week before entering hospital, when she was put to bed on the advice of the family physician. She had had no sore throat. Nothing abnormal had been noticed about the digestive and urinary system.
Past history: Generally a healthy child. Only illnesses, measles and chicken-pox.
Family history negative. Examination (special condition): Skin was moist, smnooth, and showed no eruption; over the hands and wrists, one could not pick up skin from subcutaneous tissues, nor subcutaneous tissues from miuscles. This condition extended up the forearms, ending gradually below the elbows. There was distinct swelling, slight flushing, local temperature, and tenderness on palpation. Movenlent at the wrist was painful. The fingers were flexed in a claw position, and could not be completely extended. In the popliteal space there was a condition similar to that of the forearms, and tenderness was especially noticeable here. The toes were similar to the fingers, but in a less degree. Patient was not able to flex the spine normally, and comiiplained of pain when the head was brought forward.
Further examination showed no pathological conditions, except hypertrophied and unhealthy tonsils, and a slightly enlarged spleen. Urine examination negative. Wassermann and von Pirquet reactions negative.
Blood examination showed: Hmmoglobin, 92 per cent.; red blood cells, 5,180,000; white blood cells, 23,000. Differential count: Polymorphonuclears, 50 per cent.; small lymphocytes, 36 per cent.; large lymphocytes, 4 8 per cent.; eosinophiles, 3'6 per cent.; basophiles, 16 per cent.
Progress: Duririg a three weeks' stay in the hospital there was no noticeable improvement, except a diminution of pain. Tonsillectomy was performed with no complications following. She was under observation as an out-patient for six weeks. During that time the induration increased in extent, and the mother stated that the child was unable to run or go up stairs rapidly. There was still complaint of pain, but less than when she was admitted to the hospital.
Patient was readmitted on November 11, 1916, with generalized hardening of subcutaneous tissues and muscles. The skin over the forearms and legs was slightly flushed, and the face was much flushed. There was a marked tache cere'brale. Again, nowhere over the bodyface, back, thorax, abdomen, and extremities-could one pick up the skin from the subcutaneous tissues, nor the subcutaneous tissues from the muscles. On the upper half of the anterior surface of the thighs, over the gastrocnemic and deltoid muscles, there were slightly raised indurated pads of tissue. No marked tenderness was elicited anywhere. The joints moved freely within a range limited by induration of overlying tissues. The tongue was protruded freely, and speech was unimpaired.
Patient has had radiant heat baths, in which she perspires freely, and massage for the past two weeks. During this time there has been noticeable softening of the subcutaneous tissues, especially over the flexor surfaces of arms and legs, also on the face, back and abdomen.
DISCUSSION.
The CHAIRMAN (Dr. Guthrie): Was there any rise of temperature in this case ?
Dr. F. PARKES WEBER: I think sclerodermia may, roughly, be divided into two classes. In the first class the disease consists of one or more localized patches. In the second class the disease is generalized, and in the extremities it is symmetrical (so-called " sclerodactylia "), and at the commencement is, usually associated with more or less swelling. When the disease runs an unfavourable course the turgid swollen condition of the hands or feet, or both the hands and feet, gives place to an atrophic " hide-bound" state, from which recovery can no longer be expected. The patches in the first type sometimes have a zoniform distribution. The second type usually begins. in both adults and children, with a brawny swelling, more or less symmetrical, especially involving the hands or feet, or both the hands and the feet; the face is also frequently affected, more or less symmetrically. The prognosis in tbhse, generalized cases is, that as long as there is a swollen appearance like " hard cedema" there is always hope of improvement; it is when there are atrophy and contractures that one cannot expect much return towards the normal. The more cedema and turgidity there are, the greater is the chance of improvement, and this has been illustrated to some extent by cases shown before various sections of the Royal Society of Medicine. Another point is, that in the generalized type the muscles are sometimes involved as well as the skin.
Though, however, there may be a muscular or " myositis " element present, it is convenient to adhere to the terms "sclerodermia " and "sclerodactylia," and to reserve such terms as " dermato-myositis " for other diseases. Certain cases have been described under the headings "dermato-myositis," "polymyositis," &c., which are probably of altogether different nature, the patients, having appeared extremely ill, and some of them having died of heart complications. I believe that the case shown to-day may well be included under the category of the generalized type of sclerodermia: in some parts recovery has already taken place, but the symmetrical affection of the hands is still characteristic of sclerodactylia, and is not likely to be completelyrecovered from.
Dr. LANGMEAD: In a similar case which I brought before the Section, the condition of the hands and of the skin was identical. The muscles in my case were, however, more definitely affected, such muscles as could be palpated readily, notably the pectorales majores, feeling like leather bands. The tendons, too, were shortened, this causing marked deformity of the knees and elbows, by fixing them in the flexed position. In the present case fibrosis of the muscles is more difficult to demonstrate and open to question. The pectorals can be moved freely, and when gripped do not appear to be unduly hard. Other muscles are less easy to palpate through the dense skin and Section for the Study of Disease in Children subcutaneous tissue, and their hardening or otherwise is difficult to determine. With Dr. Weber I agree that such a condition does not comply with the published American descriptions of dermato-myositis, but is more accurately described as selerodermia of the diffuse form, with sclerodactyly and fibrosis of muscles. In the case which I recorded the affection was congenital. Ultimately the skin became normal, but the sclerodactyly and fibrosis of muscles, with the consequent deformity, has persisted. The general health of the patient has remained good, and a series of exanthemata and an attack of pneumonia have been countered without seriously affecting it. In diffuse sclerodermia it would appear that generally the condition is limited to the skin; sometimes the muscles are also affected, sometimes the serous meinbranes as well. The relationship between it and the dermato-myositis described by American writers requires further elucidation.
The CHAIRMAN (Dr. Guthrie): The case is an extremely interesting one. I agree with Dr. Langmead that cases which have been described as dermatomyositis have not much resemblance to this case. And my mind is not clear that in this case there is any real affection of muscles. Miss Bronson and Dr. Weber said that in a certain number of cases of sclerodermia there is undoubtedly an affection of muscles. That is one reason for calling it sclerodermia; at the same time, I do not feel that there is sufficient evidence of hardening of muscles to speak of the condition as one of myositis. For some time I was inclined to doubt my own powers of observation, because when at first one handled the muscles, especially the pectorals, they were hard, but by the exercise of a little patience relaxation gave one the impression of quite normal muscle.
Miss BRONSON (in reply): When the patient entered the hospital there were irregular elevations of temperature to 1000 F. Now the temperature has settled down to normal, with occasional rises to 990 F. There is a marked history of pain in this case, which is not usually reported with cases of selerodermia without muscle involvement. The leucocytosis of 23,000, points to some infection. In regard to a combination of myositis with both types of selerodermia in the same individual, Petges and Cl1jat1 described a case with induration of the subcutaneous tissues and muscles of the extremities of the generalized type of sclerodermia, but with plaques of the ordinary type over the abdomen. After one and a half years this case came to necropsy, showing interstitial sclerosis and degeneration of fibres in the muscles of the extremities and the usual skin and subcutaneous changes.
Postscript.-The discussion of this case revolved round the question as to whether the condition was sclerodermia or myositis. The possibility of a combination of these two conditions I did not hear mentioned. In going over a considerable number of cases in the literature, I ' Anw. de Dermn. et de Syph., Par., 1906, 4me ser., vii,.p. 550. have found cases reported as sclerodermia in which the microscopic examination showed degeneration of muscle fibres, infiltration with mononuclears and fibrotic changes-lesions similar to those described in myositis. I have also come across cases described as myositis with the typical characteristics of generalized sclerodermia. Oppenheim' published a case as myositis. He described the swelling as massive, involving skin, subcutaneous tissues, and muscles. He mentioned the hardness of the muscles and the apparent binding together of muscle groups by an interstitial myositis. Four years later he regarded this case as sclerodermia with involvement of the connective tissues of the nuscle bundles, secondary to involvement of subcutaneous tissues. The differential diagnosis is obscured by the confusion in the literature as to what is generalized sclerodermia and what is dermato-mnyositis. Is the muscle degeneration found pathologically due to an infection of the muscle itself, or is it due to anenmia, the result of pressure from the swollen subcutaneous and interstitial tissues, as in Volkmann's ischaemic paralysis? If the muscle involvement is secondary to the subcutaneous involvement, the term " sclerodermia " might be used to describe cases like the one shown before the meeting. ' Berl. klin. Wochentschr., 1903 , xli, p. 381. (November 24, 1916 Hereditary and Familial von Recklinghausen's Disease.
By J. D. ROLLESTON, M.D.
Two sisters, aged 19 and 11 years respectively. They were shown with their father at the Clinical Section on January 13, 1911,2 under the title of "Familial Pigmentary Dermofibromatosis." The father has a generalized eruption of molluscous tumours, punctiform pigment spots and caft-au-lait patches. The mother is not affected. The eldest daughter, since 1911, has developed a large spherical tumour on the inner side of her right upper arm. It is freely movable and quite painless. The molluscous tumours, cafi-au-latit patches, and punctate pigment spots have not shown any decided increase since 1911. In the younger girl the caf4-au-lait patches and punctate pigment spots have increased in number and size, but no molluscum has developed.
